[Clinical and histoenzymological peculiarities of cholesterol storage in 2 children of the same family].
Two sisters, aged 6 and 9 years, presented with similar episodes of acute illness. Clinical, biological, pathological, ultrastructural, histochemical and biochemical investigations led to a diagnosis of cholesterol ester storage disease. The two have been followed for 7 years and during that time a number of features atypical of cholesterol ester storage disease have been observed. Severe jaundice, advanced fibrosis and decreased liver glycogen stored. Examination of liver and cultured fibroblasts showed excess esterified cholesterol storage and acid lipase deficiency as seen in Wolman disease.